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LETTERS TO THE EDITORAORTIC DECISION MAKING IN
LOEYS–DIETZ SYNDROME
To the Editor:
We read with great interest the
report by Augoustides and colleagues1
on aortic decision making in the
Loyes–Dietz syndrome (LDS). They
presented the surgical management of
an adolescent with LDS. He was ini-
tially referred for aortic root aneurysm
and underwent elective reconstruction
of the aortic root and aortic arch during
deep hypothermic arrest. The authors
concluded that in patients with LDS,
management should take into account
not only the current aortic pathologic
condition but also the likely future aor-
tic syndromes based on the natural his-
tory of this vasculopathy.
This case provides yet another good
example of the successful result of sur-
gical intervention in patients with
LDS. This characteristic distinguishes
them from those with vascular Ehlers–
Danlos syndrome.2,3 Patients with
LDS generally undergo multiple cardio-
vascular operations, and they recover
without sequela.2
We have treated a 32-year-old
woman who arrived at the emergency
room with new onset of chest discom-
fort. Echocardiography disclosed
a huge aortic root aneurysm with
severe aortic regurgitation and an ejec-
tion fraction of 45%. Multislice com-
puted tomography showed an 8-cm
aneurysm of the aortic root (Figure 1,
A) with a dilated aortic annulus. She
displayed distinctive physical stigmata
of LDS, such as hypertelorism and
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Unpublished letters cannot be returned.1088 The Journal of Thoracic andFIGURE 1. Preoperative and postoperative computed tomographic angiograms: A, At admission, an
8-cm aortic root aneurysm with a normal ascending aorta was seen. B, The ascending aorta was repaired
with a Dacron graft without further dilation of the remaining aorta.joint hyperlaxity. We replaced the aor-
tic root with a graft conduit containing
a mechanical valve. The aortic arch
had normal diameter and was left
intact. The patient was advised to
avoid vigorous physical activities and
to follow a regimen of beta-blockers.
Genetic testing identified a transform-
ing growth factor b-R1 mutation,
which was also found in her daughter,
confirming the diagnosis.
Two years after the Bentall proce-
dure, she was free of symptoms and
computed tomography showed normal
dimension of the remaining thoracic
aorta (Figure 1, B).
The strategy used by Augoustides
and associates is not always feasible.
The diagnosis of LDS is based on clin-
ical and genetic testing,2 which is not
always available. Operating on
a young patient with ascending aortic
dissection or with a huge aortic aneu-
rysm is standardized. In these particu-
lar cases, we know that we are facing
a connective tissue disorder, but the
natural history and the morbidity and
mortality of the procedure in LDS
differ from those of other inherited
vasculopathy disorders. Importantly,Cardiovascular Surgery c April 2010genetic confirmation is obtainable later
after the surgical procedure. Ethically,
we are amenable to replacing the aortic
root and leaving the remaining appar-
ently normal aorta.
We have a few questions for Au-
goustides and associates regarding their
management. First, what is your opin-
ion about leaving an elephant trunk
during the arch replacement? What is
your threshold of the aortic root size
to operate on an adult with LDS?
How often do you conduct follow-up
in the patient with LDS after surgery?
We have been concerned about the pos-
sibility of on aggressive aortopathy in
our patient, but it seems that this dis-
ease is controlled by medical therapy.
Additionally, if the patient with LDS
undergoes serial computed tomo-
graphic analysis, then we will discover
any significant increase in growth rate
and we will act accordantly.
We greatly appreciate this report
regarding the authors’ management
of this recently described syndrome
and their extremely useful attitude.
We congratulate them on the survival
of their patient and the dissemination
of important information.
of Pennsylvania because typically the
descending aorta has a normal caliber
until it dissects later in the natural his-
tory of this disease.2
Their second question relates to tim-
ing of surgical intervention for the aor-
tic root in LDS. At the University of
Pennsylvania, we recommend aortic
root replacement in adults with LDS
when the aortic root diameter is 40 to
45 mm. We typically also like to inter-
vene before the development of aortic
insufficiency so that, in the absence of
aortic valve fenestrations, the native
aortic valve can be preserved for opti-
mal hemodynamics and long-term
freedom from anticoagulation. In the
setting of an aortic root replacement
in LDS, we also favor hemiarch re-
placement under deep hypothermic
circulatory arrest, not only to remove
all the crossclamped aorta (which is
likely at even higher risk for dissec-
vania is that the surgical management
of the thoracic aorta should be charac-
terized by regular clinical examination,
aortic imaging, and an aggressive
surgical approach. The aortopathy as-
sociated with LDS merits meticulous
management, given its life-threatening
natural history.
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doi:10.1016/j.jtcvs.2009.11.066Reply to the Editor:
We thank Drs Jayle, Hajj-Chahine,
and Corbi for their report concerning
an aortic root aneurysm in Loeys–Di-
etz syndrome (LDS) and their subse-
quent questions related to our clinical
approach to this challenging aortop-
athy.1 We congratulate this group on
the successful surgical management
of an aortic root aneurysm associated
with LDS.
Their first question is whether to
leave an elephant trunk during arch
replacement in LDS. Although an ele-
phant trunk is conceptually a possibil-
ity in this situation, it is not our
standard approach at the University
tion) but also to protect further against
future dissection of the distal ascend-
ing aorta and aortic arch.1,2-4
Their third question concerned the
ongoing surgical management of
these patients with this aggressive
aortopathy. At the University of
Pennsylvania we recommend meticu-
lous monitoring of the thoracic aorta
for life in all patients with LDS.
This clinical surveillance also in-
cludes regular thoracic aortic imaging
to detect aneurysm and/or dissection
to allow early surgical intervention
to prevent death related to the aorta
in this syndrome.
In summary, our clinical experience
with LDS at the University of Pennsyl-
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